**Introduction:** Granulomatosis with polyangitis is a systemic disease characterized by inflammatory changes of small and medium-size blood vessels. Granulomatosis with polyangitis is considered to be a disease of the ears, nose, throat, paranasal sinuses, upper airway, lungs, and kidney. Nervous system involvement has been reported in 15%--33% of patients with granulomatosis with polyangitis. Common neurological manifestations include peripheral neuropathy (mononeuritis multiplex)and cranial neuropathy, such as external ophthalmoplegia or hearing loss .Other less common neurological manifestations include intracranial hemorrhage, Horner's syndrome, aseptic meningitis, subarachnoid hemorrhage, cerebritis, basilar artery occlusion, sellar and parasellar mass, stroke, primary brain lesions, CNS vasculitis, and hydrocephalus. We describe unusual case of granulomatosis with polyangitis with CNS vasculitis resulting in hydrocephalus. Later on the case was complicated by intracerebral hemorrhage.

**Case description:** 42 year-old male patient presented to us with polyarhritis, nocturnal fever reaching 40 degrees associated with pleuritic chest pain, dyspnea at rest and cough with yellowish expectoration. The patient gives history of nasal crustations and epistaxis. Laboratory investigation was done and showed elevated ESR: 118 mm/h in the first hour. CBC showed marked leucocytosis TLC: 23.000 cells/cm3 normocytic normochromic anemia HB: 10.2 g/dl normal platelet count. Low albumin: 2g/dl, urine analysis showed albumin: 2+with RBCS: 10 cells, 24 hour urinary protein: 1.2 gram with normal liver and kidney function, Tuberculin test: negative, ANA: negative, ANCA P: negative, ANCA C: positive. ANTI PR3: positive 100. Chest x-ray was done: showed RT lobar lung mass lesion CT chest was done: showed multiple variable sized pulmonary nodules and RT lung mass lesion true cut lung biopsy was done and showed non caseating necrotizing lung granuloma. CT paranasal sinus showed: circumferential mucosal thickening of right maxillary and sphenoid sinuses. Opacificed left anterior and middle ethomidal cells. Partially obliterated left osteomeatal unit. Obliterated left spheno ethomidal recesses.We started treatment with pulse steroids (1 gram for 3days) followed by predinsolone 1mg/kg and 1st dose of cyclophosphamide was given . one month later the patient presented to us with DCL and his GCS: The condition not associated with convulsions, fever, or other neurological deficit. Urgent CT brain was done: dilatation of 3rd and lateral ventricle giving picture of supra tentorial obstructive hydrocephalus. Urgent ventriculo peritoneal shunt was done. The patient regained his conscious level few hours after surgery. CSF culture and sensitivity: no growth- no organism could be seen. MRI brain was done: Bilateral cerebral, cerebellar and brain stem areas of abnormal high T2 signal likely vasculitic .NO evidence of intracranial granuloma. No areas of meningeal thickening could be seen. The path of right shunt tube is seen normal without hydrocephalic changes. The patient received his 2nd dose of cyclophosphamide. One month later the patient came to the ER with DCL, GCS: 4. urgent CT brain was done and showed massive intracerebral hemorrhage. He underwent partial frontal and temporal lobectomy due to organization of hematoma .but unfortunately our patient did not survive. He died 2 days post operative.

**Discussion:** GPA is a systemic necrotizing vasculitis associated with anti neutrophilic cytoplasmic antibodies with systemic involvement. Neurological involvement is present in 33.6% of the patients, with peripheral neuropathy and orbital masses as the most frequent neurological complications of GPA. CNS involvement is relatively rare, and is reported in 7-11% of the patients. GPA hydrocephalus has been reported in few patients. Hydrocephalus was attributed to aseptic inflammatory meningitis and aqueductal stenosis. In our patient it was attributed to CNS vasculitis which was later on complicated by intra cerebral hemorrhage. We started induction with steroids and cyclophosphamide intravenous monthly, however our patient showed a high rate of relapse . Inspite that no difference between oral and IV cyclophosphamide but our patient could benefit more from oral cyclophosphamide.

**Key learning points:** 1- Hydrocephalus is one of the rare neurological manifestations of GPA. 2- Urgent management with steroids, immune suppression with ventriculo peritoneal shunt may improve the outcome. 3- Intra cerebral hemorrhage is one of complications of CNS vasculitis in GPA. 4- Intra cerebral hemorrhage is one of fatal conditions in GPA .
